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Pesiome

TpaHcTtupeTtunHoBbIi (ATTR) amunomaos — 3To nporpeccupytollee 3aboneBaHne, KOTOPOe MOXET MPOSBASTLCS KaK M30IMPOBAHHBIM
nopaxeHWeM cepaLa, Tak U COYeTaHWeM C CUCTEMHbIMU HapYLUEHUSAMM, BKIOYAS MOAMHENPONATUIO, MOPAaXeHUe XenyLouHO-
KMLIEYHOro Tpakta u odTanbMonatuio. 3aboneBaHme CBA3aHO C OTNIOXEHWEM HecTabuibHbIX MPOLYKTOB pacnaja TeTpamMepoB
TPaHCTUpeTHHa, 6enka, TpPaHCNOPTUPYIOLLErO TUPOKCKMH M peTuHoN. ATTR ualle npeactaBneH HacnenctseHHon dopmoint (ATTRm/
ATTRv), BbI3BaHHOM MyTaUMSMKU reHa TPaHCTUPETUHA, HO MOXET BCTPeYaThCs M NPUOBPETEHHbIA HEHACNEACTBEHHBIA ANKMIA TUN
(ATTRwt), pa3BuBatoWMICa y NOXunbIx nofei. Nopaxexue cepaua npu ATTR-amunongose HanoMuHaeT runepTpoduyeckyto
WAN PECTPUKTUBHYIO KapAMOMMOMATUIO U NPOSBASETCS CUMNTOMaMK CepAeYHOM HeAOCTaTOYHOCTU, HAPYLLUEHUSAMU PUTMA U NpO-
BOLMMOCTU. [IMarHoCTMKa OCNOXHAETCS pefKoCTbio 3aboneBaHus, HecneuMPUYHOCTbI0 CUMNTOMOB M TPYAHOCTMU BbIMOHEHUS
3HOOMMOKapaManbHow buoncuu. NpencTaBneHHbI KIMHUYECKUIA CyYait ONUCbIBaeT nauneHTa 56 neT, y KoToporo aMunonaHas
KapLMOMMONaTKS NPOSIBAANACH B BUAE KOMMIEKCA NPOrpecCcUpyolmMX HapyLeHnid puTMa 1 NpoBoAMMOCTU (GnMbpunngumns npes-
cepoumii, TpexnyykoBas 6n1okaaa, nayssl Ao 4,7 cek, NpobexKu xenyaouKoBOM Taxmkapamm) Ha GOHe MOCTeNeHHOro CHUXKXEHUS
dpakuum Bbibpoca JIK v BbIpaKeHHOM AMACTONNYECKON AUCHYHKLMU. DTU KNUHUYECKME CMHAPOMbI NOTpeboBanu UCKIKYEHNS
BTOPUYHBIX MPUYMH NOpaxeHns MMokapaa. uarHos 6bin noaTBepxkaeH 6e3 6uoncum Gnarogaps MCNoNb30BaHUID COBPEMEHHbIX
MeToLOB BM3yanu3auuu, Bkntovas MPT cepaua ¢ KOHTpaCTMPOBAHMEM U CUMHTUIpaduio Mmuokapaa ¢ 99mTc-nupodocdaTom,
YTO COOTBETCTBYET TEKYLIMM peKoMeHAaUMAM. [LaHHbIA KNMHUYECKMI CyYai LeMOHCTPUPYET BO3MOXHOCTb PAaHHEro BbISIBNEHUS
u ycnewHoro nevyerms ATTRwt-aMunomnaosa ¢ MCnoib30BaHMEM COBPEMEHHbBIX AUArHOCTUHECKMX METOAMK B YC/IOBUSX PeanbHOWM
KNMHWYECKOW NPaKTUKK. DTU METOAbl MO3BONSIOT YTOYHUTb PACMIPOCTPAHEHHOCTb 3ab0N1eBaHMs, YTY4YLUUTb AMArHOCTUKY U obecne-
YUTb CBOEBPEMEHHOE NleYeHue, YTO CYLLeCTBEHHO BAMSET HA MPOrHO3 U KAaYeCTBO XXM3HM NaLMEHTOB.

KnioueBble cnoBa: aMmionaHas KapaMoMMonaThs, HapyLlWweHUs pUTMa CepAaLa, HapyLieHUs MPOBOAMMOCTH, CepaeYHas HeaocTa-
TOYHOCTb, peHokonus TKMI
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Abstract

Transthyretin (ATTR) amyloidosis is a progressive disease that can present as isolated cardiac involvement or as a combination
with systemic manifestations, including polyneuropathy, gastrointestinal tract disorders, and ophthalmopathy. The disease
is associated with the deposition of unstable breakdown products of transthyretin tetramers, a plasma protein responsible
for transporting thyroxine and retinol. ATTR is most commonly hereditary (ATTRm/ATTRYV), caused by mutations in the tran-
sthyretin gene, but it can also occur in an acquired, non-hereditary “wild-type” form (ATTRwt), which develops in older adults.
Cardiac involvement in ATTR amyloidosis resembles hypertrophic or restrictive cardiomyopathy, manifesting as symptoms
of heart failure, rhythm disorders, and conduction abnormalities. Diagnosis is challenging due to the rarity of the disease,
nonspecific symptoms, and the difficulties of performing endomyocardial biopsy. The verification of the diagnosis increasingly
relies on modern imaging methods such as gadolinium-enhanced magnetic resonance imaging and technetium-99m pyroph-
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osphate myocardial scintigraphy. The presented clinical case describes a 56-year-old patient with amyloid cardiomyopathy,
which manifested as a combination of progressive rhythm and conduction disturbances (atrial fibrillation, trifascicular block,
pauses up to 4,7 seconds, and runs of ventricular tachycardia) against the background of gradually decreasing left ventricular
ejection fraction and marked diastolic dysfunction. These clinical syndromes necessitated the exclusion of secondary causes
of myocardial involvement. The diagnosis was confirmed without biopsy - through the use of modern imaging techniques,
including contrast-enhanced cardiac MRI and 99mTc-pyrophosphate scintigraphy, in accordance with current recommendations.
This case illustrates the possibility of early detection and successful treatment of ATTRwt amyloidosis using advanced diagnos-
tic methods in real-world clinical practice. These methods help refine the disease’s prevalence, improve diagnostic accuracy,
and ensure timely treatment, significantly influencing the prognosis and quality of life.

Keywords: amyloid cardiomyopathy, cardiac arrhythmias, conduction disorders, heart failure, phenocopy of hypertrophic car-

diomyopathy
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BBEOEHUE

TpaHcTupetnHoBbid (ATTR) amunonpos - Heobpatumo
nporpeccupytoliee MHBanMAM3npytoLee 3abonesaHune, npo-
Tekallee Kak B BUAE M30IMPOBAHHOIO NOPaXeHus cepaua,
TakK U C CUCTEMHBIMU MPOABNEHUSAMU, BKITKOHAIOLMMM MOPa-
XEHWe HEePBHOM CUCTeMbI (MONUHERPONATHS), KEeNyLOYHO-
KMLIEYHOro TpakTa (3anopbl v Auapes), a Takke opTanbmMo-
natuto. 3aboneBaHune 06YCIOBNEHO OTNOXKEHWEM B OpraHax
M TKaHIX KOHOOPMALMOHHO HecTabubHbIX MPOAYKTOB pac-
nafa TeTpaMepoB TPaHCTUMpPeTMHA — Benka nnasMbl, 0TBEYa-
fOLLEero 3a TPaHCMOPT TUPOKCMHA U peTMHoNa. Yalle Bcero
BCTpEYaeTcs MyTaHTHas UNW BapuaHTHas Gopma 3abonesa-
Husg (ATTRm nan ATTRv), 06ycnoBneHHas 0gHOM 13 MyTaumii
reHa TpaHCTMpeTUHa (Ha LaHHbIA MOMEHT M3BeCcTHO bonee
130 myTaumit gaHHoro reHa). Hanbonee 4yeTko npocnexeHa
3aBUCMMOCTb MyTaumu Val30Met c aMnnomnaHom NonnHenpo-
natuen, a Mmytaumm Vall22lle - ¢ aMMnomagHom KapaMomMmo-
natunen. Pexxe BcTpeyaeTcs npuobpeTeHHas dopMa, AMKKi
Tmn (ATTRwt), BbI3BaHHbIM Pa3BMBAOLWMMCS MO HEM3BECT-
HbIM MPUYMHAM B MOXMIOM BO3pacTe HapyLEHUEM CeKpe-
LMW TPAHCTUPETMHA NEYEHbH.

MopaxeHwue cepaua nNpy aMUMAOUL03€, B T. Y. TPAHCTUPETU-
HOBOM, GEHOTUMMYECKM aHANOTMYHO TMNepPTPOOUYECKON M
PECTPUKTUBHOM KapAMOMMONaTUK (@aMUNOMAHAS KapaMOMUO-
natms), 4To KIMHUYECKU NPOSBASETCS CUMINTOMaMM CeEpLEYHON
HepnoctatoyHocTv (CH). A nporpeccupoBarune CH conposoxzaa-
€TCS He TONbKO CHUXKEHUEM KauyecTBa XKM3HMW, HO U Pa3BUTU-
€M HapyLleHM NpoBOAMMOCTM cepaLa, Gubpunnauum npea-
cepaumit (®OI1), noBbileHMEM pucka 3MBOANYECKOTO MHCYNbTa
1 CMEpTH OT CEPAEYHO-COCYANCTbIX 3aboneBannii [1, 2].

MockonbKy NpoBefeHWe 3HAOMUOKApAMaNnbHOW Bruoncum
N9 BepUOUKALMM aMUNOMAHOW KapAMOMMONATUM AOCTYMHO He
BCEra W COMPSXKEHO C ONpeaeneHHbIMU PUCKaMK, 8 UMMYHOTU-
CTOXMMUYECKOE MK MacC-CNeKTPOMETPUYECKOE TUMMPOBaHWE
amMmunoMaa B NOy4YeHHOM MaTepuane He MCKIKYaeT BeposT-
HOCTW OLUMOKM, YBENUYMAACH AMArHOCTUYECKAs POJlb MAarHUTHO-
pe3oHaHcHon Tomorpaduun (MPT) ¢ KOHTpacTMpoOBaHMEM
rafovHUEM W CUMHTUIPaduM MMoKapaa ¢ nMpodochaToM Tex-
Heuws [3]. HecmMoTps Ha TO YTO aMMNoMa03 B LIENIOM SBISETCS [0-
CTaTO4HO peakuM 3abonesaHueMm, bonee LWNPOKOe NpUMeHeHMe

COBPEMEHHbIX IMAarHOCTUYECKMX METOAMK NO3BONSET yOenmTbCs
B TOM, YTO pacnpocTpaHeHHOCTb ATTR-aMunoma03a, B T. Y. AMKO-
ro TMna, HepooueHunBanacs [4, 5.

OTtcyTcTBME cneumduryecknx KIMHUYECKMX NposiBNeHUH,
pedpaKkTepHOCTb NOPAXEHUS Cepaua K NeKapCTBEHHON Te-
panuu, HeobxoAMMOCTb NPOBELEHMS CTOXKHbIX 1aB0PaTOPHbIX
M MHCTPYMEHTaNbHbIX 06CNe0BaHNiA, BbICOKAs CTOMMOCTb
cneundUYeckoro neyeHns 0ObACHSAIOT TPYAHOCTH, C KOTO-
pbIMU COMPSHKEHO BbISIBIEHME Cy4YaeB TPAaHCTMPETUHOBOMO
aMunona03a M BefeHue Taknx NaumeHToB. [peacTaBneHHbI
Cny4ya LeMOHCTpUPYeT BO3MOXHOCTb PAHHErO BbISBNEHMS
n nevernmsa ATTRwt-ammnnono3a B yCI0BUSAX peANbHOM KIn-
HWYeCKoM NpakTuku (puc. 1).

KJIMHUYECKUIA CNYYANA

MaumneHt I, 56 neT, B Te4eEHME HECKONBKMX NET CTpagaeT
rmnepToHmnyeckon 6onesHbto (Mb) ¢ MakcMManbHbIMK 3HaYe-
HUAMK apTepmanbHoro aasnexus (AL) 6onee 200/120 mm pT.
CT. Ha hoHe NOoCTOSIHHOM TMNOTEH3MBHOM Tepanuu LOCTUTHY-
Tbl LeneBble 3HaveHns ALl M3BeCTHbIX Cy4aeB BHe3amnHoM
CMepTH, CEPAEYHON HEA0CTAaTOMHOCTH Y BaMKaNLWIMX poa-
CTBEHHMKOB He 6bli0. BpeaHbix NpMBbIYEK HET.

Hauunnas ¢ nona 2021 r. Ha KT Ha poHe CMHYCOBOrO pUT-
Ma C YacToToM cepaeyHbix cokpattennii (YCC) 70 yaapos B Mu-
HYTY perucTpupyeTcs HenonHas 610Kkaaa NPaBoOM HOXKM My4Ka
Mca (BIMHIT), 6bnokaga nepenHen BETBM NEBOWM HOXKM Myyka
ca (BMNBJTHIT). B ToT MOMeHT npwm 3xokapamorpadum (IxoKr)
onucaHa yMepeHHas rnepTpodus M1okapaa N1eBOro Xenyaoy-
Ka (JDK) ¢ pmactonuueckon aucdhyHkumein | Tmna, ymepeHHas
Avnataums nesoro npeacepaus (J1M). ®pakums Boibpoca (POB)
JDK = 51%, MuTpanbHas peryprutaums nerkom CreneHm THKeCcTu.

B mapte 2023 r. ambynatopHo Ha IKI, noMMMo paHee
MMEBLUMXCS HapyLIEHWI NMPOBOAMMOCTM, OTMEYEHO MOSB-
nenne AB-6nokagbl 1-1 cT. (puc. 2A). Mpu IxoKl otMeyeHo
CHmxeHne OB JIXK (47%), yBenuuenue ctenenn MP oo yme-
PEHHOM CTENEHU THKECTH, TPUKYCNUAANbHASA peryprutaums
YMEepeHHOMN CTeneHun TaxecTu. PeHTreHorpadus opraHoB
rPYLHOM KNETKM: 04aroBbIX U UHOUIBTPATUBHbLIX USMEHEHWI
He BbISiBNEHO, Npu3Haku runeptpodum JIXK (puc. 3A). Cybbek-
TUBHO CaMO4YYBCTBME HE MEHSNOCh, OfbILLKM, NepeboeB B pa-
60Te cepaLa He oTMeyan.
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PucyHok 1. [lnHammka dpakumm BbiI6pOCa NEBOrO XeNyaouka U XpOHONOrMUS MEAULMHCKMX CODBITMI NaumeHTa
Figure 1. Left ventricular ejection fraction dynamics and chronology of the patient’s medical events
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B aBrycte 2023 r. BnepBble 3apUKCMpOoBaH 3nm3om hubpun-
naumm npencepamii (O), NoNbITOK BOCCTaHOBNEHUS CUHYCOBO-
ro pUTMa He MPOBOAMNOCH. [1pOBEAEHO CYTOYHOE MOHUTOPU-
posanue K[ (CM 3KT): ocHoHOM put™M — Of1, MUHKUManbHas
YacToTa XXeNyAo4YKOBbIX COKpaLleHuin — 30 B MUHYTY (HOY-
HOW COH), cpeaHas - 57, makcumanbHag - 144, 1 217 nay3
NPOAOXKMUTENBHOCTBIO Bonee 2 cek, MakCUManbHblA RR-mH-
TepBan - 4 712 mc. Mpu IxoKT npusHakm rmneptpodum JHK
(FK) (TonwmHa Mexokenyao4koBon neperopoaku 13 mMm, 3aa-
HeWt cteHkn JDK 13 MM) C HOpManbHOM NIOKaAbHOM U rnobanb-
HOM COKpaTMMOCTbIO, annataums J1M 1 npasoro npencepaus.
BbisiBNEeHbI runepypukeMus, MMKpOaUTLAs, KUCTbl 06enx no-
YeK, CHMXKeHMe CKopocTu knyboykoson dunbtpaunn (CKO),
COOTBETCTBOBABLIEN 2-I CTaAMM XPOHMYECKOW BonesHu no-
yek (XBIM). MaumeHT nprHrMan Bancaptad 80 Mr yTpoMm, MeTo-
nponon 12,5 mMr ytpom, aMmnogunuH 5 mMr sevepom, anukcabaH
5 Mr 2 pasa B cyTku, annonypuHon 100 mr aHem. Knunnye-
CKWI AMarHo3 chopmMynupoBaH cneayrowmm obpasom: OcHOB-
Hoe 3aboneBaHue: MnepToHMyeckas 6onesHs Il ctagmm, KoH-
TPOAMpyeMas, pUCK cepLeyYHO-COCYANCTbIX OCNOXHeHMI 4. XBI1
C2. OcnoxxHeHWe OCHOBHOMO AMarHo3a: Tpexnyykosas 610-
kaga: AB-bnokapa 1-# ct, HenonHas BIHMT, BMNBJIHIT Mep-
cucTmpytowas dopma Gubpunnaunm npencepanii, CUHLPOM
Taxu-bpagncucronum 6e3 npuctynos MopraHbn — Agamca —
Crokca. Puck T30 no wkane CHA2DS2VASc - 2 6anna, puck
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KposoTeueHui no wkane HAS-BLED - 1 6ann. ConyTcTBytoLime
3ab0neBaHMs: KMCTbl NoYek. Mukponutuas. lMnepypukemus.

B oktsbpe 2023 r. rocnMTannM3npoBaH B Kapauosnoruye-
cKoe oTaeneHue ang noobcnenoBaHus, pelleHns Bonpoca
0 BOCCTAaHOB/IEHWUM CMHYCOBOTO PUTMA MM UMMNNAHTALMUM
anektpokapanoctumyngropa (IKQ).

CocTosiHMe naumeHTa Npy NOCTYNAEHUU YO0BNETBOPUTE b=
Hoe. Poct 173 cMm, Bec 80 Kr, MHAEKC Macchl Tena 26,7 Kr/m2.
KoxkHble MOoKpoBbl GU3MONOrMYECKOM OKPACKM, OTEKOB, pac-
LUIMPEHMS BEH LWew, CbiMu HeT. [pu aycKynbTaumm nerkux — Be-
3UKYNSPHOE AbIXaHWe, XpUNOoB HeT. ToHbl cepaLia NpUryLLEeHbI,
MSrKMI CUCTONIMYECKMIA WYM Haf, BEPXYLLIKOW. PUTM cepaua He-
npaBuAbHbINA 3a cueT OI1 ¢ YaCTOTOM Xenyao4KOBbIX COKpalLLe-
Huit 80-100 ynapos B MuHyTy. ledmumnta nynbca HeT. ALl Ha
npaBoW 1 neBoi pykax — 130/80 Mm pT. cT. )K1BOT Npu nanbna-
UMK MSATKKI, 6e3b0ne3HeHHbIN. [eyeHb, cene3eHka He Nanbnum-
pytotcs. Dusmonormyeckne otnpasneHns — 6e3 ocobeHHoCTel.
[p13HaKOB NAaTONOMMK XeNyAoYHO-KMLWEYHOrO TpaKTa, HepB-
HOM CMCTEMbI, BOCMANUTENbHbIX 3a60neBaHuii He 6bino. Mpu-
3HaKoB O(TasIbLMONATUK HE 33perncTpMpoBaHo.

B aHanu3ax kposwu: remornobuH obwmin - 134 r/n, kpea-
TUHWMH — 152 mMkmonb/n (CK®D 46 mn/MuH/1,73 M2 no dopMy-
ne CKD-EPI), neyeHoyYHble TpaHCaMMHa3bl U ypOBEHb Bununpy-
6uHa - B npefenax pedepeHTHbIX 3HA4YEHUN. [MUKMPOBAHHBbI
remMornobuH - 6,2% (N 3,5-6,0). Obwmit aHann3 mMoun — be3



PucyHok 2. Cepus anekTpokapamorpamMm naumeHTa I

Figure 2. Electrocardiogram series of patient G.
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A -16.02.2024. CuHycoBblit putM™, AB-6n0kaaa 1-i ct. YCC 80 ynapos B MUHYTY. BbipaxkeHHOE OTKNOHEHMe 3neKTpuyeckoit ocu cepaua sneso. bINBJTHMN, HenonHas BMHMC; B - 01.10.2023. ®ubpwun-
naums npeacepamni; C - 06.09.2024. P-cuHxpoHWU3MpoBaHHas xenyaoykosas ctumynsums. YCC 72 B MUHYTY

PucyHok 3. PeHTreHorpaMmbl nauueHTa I.
Figure 3. X-rays of patient G.

A -15.03.2023. Pacumpenue Teun cepaua; B - 06.08.2024. UmnnantuposaH CRT-D

ocobeHHocTeln. O6wuit xonectepuH - 3,84 mmonb/n, XC
JINHM = 2,35 mmone/n, XC MBI - 1,38 MMonb/n, TpUrAnLepu-
Obl obwme - 1,42 mmonb/n. MoyeBast KucnoTa — 237 MKMOSb/N.
C y4yeToM BrepBble 3aperncTpMpoBaHHON NepPCUCTUPYHO-
wen dopmbl AT (puc. 2B) NpuHATa TaKTUKA KOHTPONS pUTMa.
lpoBeneHa aNeKTPOMMMYNbCHAS Tepanus, CUHYCOBbLINA PUTM
BOCCTaHoB/eH. Mpu noBTopHOM CM 3KT pUTM CUMHYCOBbIW,
AB-6nokaga 1-# ct. (PQ 240 mc), anu3onbl AB-6nokaabl 2-1 CT.
Moburty 1, 220 nay3 MakcMManbHOM NPOAOMKUTENBHOCTBIO 10
2,8 ceK, 3HaUMMOoM AMCno3nLmnm cermeHTa ST He BbISIBNIEHO.

Y4nTbiBas HEBO3MOXHOCTb Ha3HAYeHMUs aHTUapUTMmMYe-
CKOWM Tepanuwu, BbICOKMI pUCK peLuanBMpoBaHuS dubpun-
naumn npencepamn, 18.10.2023 nposeneHa usonauuns ne-
FOYHbIX BeH. [1pM BbINMCKE NaLMEHT YAEPXKMBAN CUHYCOBbI
puTM. PekoMeH[,0BaH NpueM amMnoamMnuHa 5 Mr Beyepom,
BancaptaHa 80 Mr yTpoM, anmkcabaHa 5 Mr 2 pasa B CyTKu.

YuunTbiBas BbISIBNEHME IKBMBANEHTA TPEXMYYKOBOM BoKa-
Ibl (AB-6nokana 1-# ct., HenonHas BIHML, BMNBHIT) 1 nay3
[0 2,8 cek, npobexek HeyCTOMYMBOW LIMPOKOKOMMIEKCHOM
Taxukapamu, no ganHeliM CM KT (puc. 4), B despane 2024 r.
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PucyHok 4. [pobexka Taxmkapamm ¢ wnpokummn QRS-koMnnekcamu, BbISIBEHHAs Npy CyTOYHOM MOHWUTOpUpoBaHum KT
Figure 4. Short runs of wide QRS complex tachycardia as detected by 24-hour ECG monitoring
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HayaTa noarotoBka K umnnantaumm IKC. OTMEYEeHO NoBbI-
wenne NT-proBNP no 304 nr/mn (N 12-125). Mpu IxoKT:
Anddy3HbIA runokuHes JDK, ®B JIK 42% (no Cumncony),
cuMmeTpuuHas DK (TonwmHa MexkenyLo4ykoBOW nepero-
poaku — 16 MM, 3aaHel creHkn JDK - 10 MM, guactonmyeckas
oncdhyHkums 3-ro tuna (nuk E - 98 cm/c, nuk A - 47 cm/c,
E/A - 2,07, DCT - 204 mc, E-neperopopounbii — 10 cm/c,
E-6okoBoit — 8 cm/c), yennuenue JII (nepeaHe3aHuii pas-
Mep - 51 MM, MakcuManbHbIi 06bem — 164 Mn, UHAEKCUPO-
BaHHbIM 00beM — 84 Mn/mM?), Takke obpallana Ha cebs BHU-
MaHMe BblpaXXeHHasd ApKOCTb WU 3epHUCTOCTb MMokapaa JIXK
(puc. 5). pu KOpoHapoaHrMorpadumn reMoaMHaMUYECKN 3Ha-
YMMOro CTEHO3MPOBAHMSI KOPOHAPHbIX apTepuii He obHapy-
)eHo. ObpallaeT Ha cebs BHUMaHWE rMNepTpodus, SpKoCTb
M 3€pHUCTOCTb MMOKAPAA IEBOTO XKeNyaouKa, Annataums ne-
BOro npeacepams.

Hoctmkermne wenesbix umdp AL Ha GpoHe Tepanuu He no-
3BONIAN0 paccMaTpuBaTh b Kak OCHOBHOM GakTop pa3BuTUS
[TDK, onactonnyeckomn n cuctonuyeckon guchyHkumm JHK.
3HauynMoM KnanaHHoi natonorum npu IxoKl BbISBNEHO He
6b110. MNpoTB reHeTuyeckn 0bycNoBNEHHON rMNepTpodUYe-
CKOW KapLMOMMONaTUKN CBULETENbCTBOBANM OTCYTCTBME OTS-
rOLeHHOro CeMeMHOro aHamMHesa, 0THOCUTENbHO HebonbLas
BblpaXkeHHoCTb [TDK.

[nsg yToyHeHMs XxapakTepa NnopaxeHus cepaua nposese-
Ha MPT (puc. 6), npu KOTOpOW NoATBEPXAEHbI Annatauus JHK
(MHOEKCMPOBAHHbIN KOHEYHbIN AMACTONMYECKMIA 0ObeM —
119 mn/m?), cummeTpuyHas DK (TonwmHa cTeHkM B 6asanb-
HbIX cerMeHTax — 13-15 MM, B cpegHmnx — 12 MM, B anukanb-
HbIx — 10 MM, Macca Muokapaa JIK - 97 r/m%), runoknHes

90 | MEAULIMHCKUIA COBET | 2025;19(16):86-96

Pucyrok 5. TpaHcTopakanbHag IxoKIl nauueHTa, yeTbipexka-
MepHas nosuums

Figure 5. Transthoracic echocardiography of the patient,
four-chamber view

6a3anbHbIX M CPEAHMUX NMEPEeropoAoYHbIX, LMPKYNSPHO anu-
KasnbHbIX U BEpPXYLUIEYHOro CerMeHToB Muokapaa JIK, cHuxe-
Hue ero rnobanbHOM cucTonnyeckon GyHkummn (OB 30%). Tak-
€ OTMEUYeHO MHTpaMypasnbHoe HakomeHue ragonuuus (LGE)
B 6a3anbHbIX M CpeAHeNneperopofoYHbIX OTAENaX, LUMpKynsap-
HO B anuKabHbIX, a TAKKe B BEPXYLUEYHOM CErMeHTe IEBOTO



PucyHok 6. MPT ceppua — runeptpodus neBoro xenynouka
Figure 6. Cardiac MRI: left ventricular hypertrophy

A - ByXKamMepHas nosuuus, auacrona; B — apyxkamepHasi nosuuus, cuctona; C - yeTbipexka-
MepHas nosuums; D — no kopoTkoit ocn

Xenynouka, GokanbHoe HakonieHne MUOKapAOM NMpaBoro
XEeNyAo4Ka MU CTeHKaMM Npefcepamii, YTo COOTBETCTBYeT 6o-
Ne3HW HAKOMNEHWUS UM aMUNONL03Y (puc. 7).

OcHoBHble 6onesHu HakonneHus (bonesnun M@abpwu, Hu-
MaHa - [uka, lowe, Kpabbe) nckntoyeHbl No pesynbrataM
MCCnefoBaHUs NMU30CHUHIONUNMAOB B NATHAX BbICYLUEHHOW
KpOBM. YpoBeHb reMornobuHa, nokasatenu obmeHa xene-
33 - B HOPMe, YTO MCKN0YaNo reMoxpomaTos. KnuHmyeckmx
M PEHTTEHONOrMYECKMX NMPU3HAKOB CapKouao3a He 6bino.

HecmoTps Ha OTCYTCTBME KIMHUYECKMX NPU3HAKOB aMu-
nouao3a (NoNUHENPONaTUK, MOPAXXEHWUS OPraHOB XKeNyL04YHO-
KMULWEYHOro TpakTa, OPTOCTAaTUYECKON TMMOTEH3UM), NPO-
BeneHo obcnenoBaHWe, HanpaBlieHHOE Ha BbISIBNEHUE
aMWIOMHON KapAMOMKUONATUM.

dnekTpodopes 6enkoBbiXx GpakLMi KPOBM M ucCae-
[lOBaHMeE CYTOYHOW NMPOTEMHYPUM HE BbISBUAM NMPU3HAKOB
MOHOKJ/IOHANbHOM cekpeunn Benka, 4To MCKAKYaNo Mo-
HOK/IOHaNbHY ramMmanatuio u AL-Tun amunounposa. OT-
CYTCTBME KAMHMYECKMX NMPOSBAEHMI BOCNANUTENbHBIX 3a-
6onesaHuit, HOpManbHag TemMnepaTtypa Tefna, HOpManbHbIM
YpOBEHb BOCMANUTENbHbIX MAapKEPOB KPOBW MCKOYANU
AA-TUN aMunonaosa.

B anpene 2024 r. npoBeaeHa cumHTUrpadms muo-
Kapaa C oCTeoTpoOnHbIM pagnodapmnpenapatom (POM)
*mTc-nupocdocdhaTom. Onpepensnock Hakonnenme PO
B MWOKapAe; COOTHOLWEHWEe ero HakomnieHns B MUMOKap-
[le 1 B KOHTpanaTepanbHOM 30He coCTaBuno 1,6 (3HayeHus
>1,5 xapaktepHbl gna ATTR-ammnnounposa). bonee toro, Ha-
konneHune POI B mnokapae /XK (grade Il no wkane ASNC)
BM3YaNnu3npoBanoCh Npu OLEHKE CUMHTUIPaMM B pexXume
OOHOMOTOHHOM 3MUCCUOHHOM KOMMbIOTEPHOM TOMOrpadum
(O®3KT), uTo NOATBEPXKAANO TPAHCTUPETUHOBBIN aMUNOU-
no3 cepaua (puc. 8).

MyTauum reHa TpaHCTUPETMHA B aHanM3e KPOBW He Bbl-
SIB/IEHbI, YTO UCK/IOUMNIO HACNEACTBEHHDBIM TUM TPAHCTUPETU-
HOBOrO aMMI0MA03a M NO3BOAWIO, HECMOTPS HA MONOAOW
BO3paCT NaLMeEHTa, AMarHOCTUPOBATb €r0 HEHACIEACTBEHHYIO
dopmy (amkmi Tun ATTRwt).

Taknm 0bpasoM, y naumeHTa nMenocb abcontoTHoe no-
Ka3zaHue K uMnnaHTauum nocrosHHoro SKC — TpexnyykoBas
6nokaga. C yueToM npeanonaraemMo BbICOKOro MpoLEeHTa CTU-
MYNISILMK MO XKENYL0YKOBOMY KaHany 1 C Lenbio NpodunakTm-
Ku BHe3anHol cepaeyHoi cmepti 05.08.2024 naumeHTy 6bina
MMMNAHTUPOBAHA CMCTEMA CEPAEYHON PECUHXPOHU3UPYIO-
wen Tepanuu ¢ byHKUMEN KapamoBepTepa-aedubpunngtopa
(CRT-D, puc. 2B, 30).

KnunHuueckuii anarHos 6bin chopMynnpoBaH Cefyowmnm
obpasom: OcHoBHOe 3aboneBaHue: TpaHCTUPETUHOBAsS aMu-
NOUAHASA KapAMOMMONATHS, HEHACNeACTBEHHAs dhopMa.

OcnoxHeHuns: XpoHnyeckas cepaeyHas HeAoCTaTo4HOCTb
co cHmkeHHon OB JIK | ctaguu, | dyHKLMOHANbHBIV Knacc no
NYHA. TpexnyukoBas 6nokaana: AB-6nokapa 1-1 cT., HenonHas
BMHMT, BMNBJTHMT. Mapokcm3manbHas Gopma GUbpunnsumn
npencepamit. Puck T30 no wkane CHA2DS2VASc - 2 6anna,
puck KpoBoTeyeHunit no wkane HAS-BLED - 1 6ann. UHBa-
3nBHoe dDU 1 KpMobannoHHasa M30AALMNS NErOYHbIX BEH OT
27.10.2023. MnnaHTaumsa TpeXKaMepHOro 371eKTPOKapano-
ctumyngTtopa Inogen CRT-D ot 05.08.2024.
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PucyHok 7.MPT ceppua C KOHTpacTUpOBaHWEM ragonnHuem B oTcpoydeHHyto dasy (LGE), cpesbl no kopoTtkor ocun. AnddysHoe
cy63HA0KapAManbHOe KOHTPACTUPOBaHME MUOKApPAA IEBOIO XeNyL04Ka
Figure 7.Cardiac MRI, late gadolinium enhancement (LGE), short-axis views Diffuse subendocardial enhancement of the left

ventricular myocardium

MoHoBble 3aboneBaHus: IMnepToHuyeckas 6onests Il cta-
LMK, KOHTPOIMPYEMAS,, PUCK CEPAEYHO-COCYAUCTbIX OCNOXHE-
Hui 4. XBIN C3a. HapyLweHune TonepaHTHOCTH K [HOKO3e.

ConyTcTBYHOLLME 3360N€BAHUS: KUCTbI NOYeK. MUKpONUTH-
as. [unepypukemus.

BbinucaH c pekoMeHaauMaMum npuema BancaptaHa 160 mr
2 pas3a B CyTKM, NPONIOHIMPOBAHHON HOpMbl HUbEeaANNUHA
30 Mr 3 pasa B CyTku, buconponona 5 Mr yTpom, ganarnmdno-
3uHa 10 mr yTpoMm, puBapokcabaHa 20 Mr BeyepoM. Hanpas-
NIeH B CMeuManu3npoBaHHbIi LEHTP, Ha4yaTa Tepanug Tada-
muamcom 61 mr/cyr.

OBCY>XOEHUE

Kak nokasanu npenbiaylive KOropTHble UCCNeaoBaHums,
LVKWIA TUN TPAHCTUPETUMHOBOrO amMmmnonaosa (ATTRwt), Takxke
M3BECTHbIN KAK CTap4eCKunii (CEHWbHbIA) aMMNONL03, BCTPe-
4yaeTcs B OCHOBHOM Y MyxUnH cTapue 60 neT; onncaHo Mano
cnyyaeB y bonee MonoAbIX NaLMEHTOB.

Tak, B HabnaaTenbHOM UCCNEA0BAHUM, BKIKOYMBLLIEM
121 naumenta ¢ ATTRwt (98% MyxuuH), Bo3pacT aebtoTa 3a-
6onesaHus coctasun 73,5 (58,8-86,6) rona [6]. B petpocnek-
TMBHOM aHanu3e AaHHbIX peructpa bocToHckoro yHMBepcu-
TeTa Bo3pacT naumeHtoB ¢ ATTRwt (n = 155, 97% MyxuuH)
coctasun 75,5 (51-87) roga. ltobonbITHO, 4T0 Y 39% M3 HKX
BbISIB/IEHbI MPU3HAKM MOHOKJIOHANbHOW raMManaTum Heonpe-
LleneHHoro 3Havenus [7]. B koropte kamHmkm Maiio u3 360 na-
uneHToB ¢ ATTRwt, NnoaTBEPXKAEHHBIM AaHHbIMWU BMONCUM
(Bo3pact 75,5 (71-81) roma, 91% myxunH), Tonbko 5 (1,3%)
66111 Mnapwe 60 net. Bospact camoro Monoforo naumeHTa
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coctasun 47 net, B 48 net emy bbina NnpoBefeHa TpaHCNAAHTa-
ums cepaua [8]. MeomaHHas BbIXXMBAEMOCTb C MOMEHTA NOCTa-
HOBKM [MAarHO3a y HeleyYeHHbIX NMauneHToB COCTaBASET Npu-
OAM3UTENBHO 3,5 rofa, HO 3aBUCUT OT CTaauKM 3aboneBaHma.
MHTepecHbl faHHble KpynHenwero permuctpa THAOS
(Transthyretin Amyloidosis Outcomes Survey), B KOTOpbI¥
c 2007 r. BkntoyeHo 4 428 nauneHtoB ¢ ATTR-ammnonoosom
BApMaHTHOM u aukon dopMbl. Bo BCel Koropte 40N MyX-
4ymH coctaBuna 70,8%, BO3pacT KNUHUYECKOM MaHndecTa-
umm 3abonesanuns - 56,6 £ 17,93 roaa, BO3pacT Ha MOMEHT
BK/IIOUYEHUS B Mccnenosanme — 62,5 = 17,22 roga. HaumeHb-
was aons MyxuuH (41,5%) u Haubonee mMononoi Bo3pacT
Ha MOMEHT BK/OYeHus B uccnenosanme (41,9 = 15,5 roga)
6611y 1 707 6€CCMMNTOMHbBIX HOCUTENEN MYTaHTHbIX anne-
nen reHa TpaHcTupeTuHa. Mpu atom cpean 1 410 naumeHToB
Cc ATTRwt 66110 93,3% My>X4MH, MX BO3PaCT Ha MOMEHT aebto-
Ta CUMMNTOMOB COCTaBun 72,3 £ 9,73 rona, Ha MOMEHT BK/HO-
uenunsa - 77,9 £ 7,14 ropa [9]. Tonbko 13,7% nauueHTos c AT-
TRwt 66111 Mnagwe 70 net (95,9% MyxunH), Bo3pacT oebtoTa
B 3TOM moarpynne coctasun y MyxuinH 61,5 (52,5-68,0) roza,
y XKeHWKnH - 61,5 (42,5-65,5) rona, BO3pacT BKIOYEHNUS -
66,3 (59,7-69,5) n 68,2 (49,6-69,4) rona COOTBETCTBEH-
Ho [10]. Hanbonee pacnpocTpaHeHHbIM GEHOTUMNOM Nopaxe-
HMs Bbln HeBponormyecknin (38,7 % naumeHToB), KapamanbHbIN
deHoTnn 3adumkcnpoBaH y 31,9% nauneHToB, CMeLaHHbIR —
y 24,5%, naumenTsl ¢ ATTRwt 6bin ToNbKO BO 2-1 1 3-i rpyn-
ne; 15,3% naunentoB ¢ ATTRwt 6bin umnnaHtposaH IKC,
5,2% - uMnnaHTUpyeMbli KapamosepTep-aedubpunnatop [9].
[Npwn 3TOM NCTUMHHAgA pacnpocTpaHeHHocTb ATTRwt ocTaeT-
€S HEM3BECTHOM. B HECKONBKMX ayTONCUIAHBIX MCCNEf0BAHMSX



PucyHok 8. CupHTUrpadms mmokapaa ¢ *’mTc-nupodocdartom: HakonneHne POI B Muokapae/KoHTpanaTepanbHoit 30He 1,6
Figure 8. Myocardial scintigraphy with 99mTc-pyrophosphate: radiopharmaceutical accumulation in the myocardium /
contralateral region 1.6
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0TMEeYanoCh, 4TO YACTOTa OBHAPYXXEHMS OTNOXEHUIM TPAHCTU-
peTVHa AMKOro TMNa B MUOKapAe YBeANYMBaNach C BO3pacTom,
nocturas 20-25% y nopen B Bo3pacte 80-89 net n 37% -
y nuy ctapwe 95 net [11, 12]. B uccnegoBanmm aytoncun
109 naumMeHTOoB C NPUKM3HEHHBIM AMArHO30M CepAeYHOl He-
[OCTAaTOYHOCTU C COXPaHeHHoW dpakumei Boibpoca y 17%
(n = 18) 6bIM 0BHapYXKEHbI OTIOXKEHMS B MMOKApLE TPaHCTH-
peTMHOBOIO amunouaa AMKOro TMna, npu stoMm y 5% (n = 5) or-
Meyanocb yMEpeHHOe UK BbIPAKEHHOE MHTEPCTULMANbHOE
OTNOXeHne amunonaa. MNMaumeHTbl ¢ OTNOKEHUAMU aMUIOU-
[1a umMenu bonee BblpaxeHHbI Grbpo3 Muokapaa (p = 0,005),
MEeHbLUYI Maccy Cepaua, CKOPPEKTUPOBAHHYO MO BO3pPaCTy,
nony u pasmepam Tena (p = 0,04) [13].

CaMblit paHHWIA U3 0OHAPYXKEHHbBIX HAMU B MELULMHCKOWM
nuTepatype neboT NoATBEPXKAEHHOro buoncuen HeHacnen-
CTBEHHOrO TPAHCTUPETMHOBOMO aMUIONA03a CepALLA OMMCaH
B MIHOMK Y 34-neTHEero MyxxumHbl [14].

Ewe oanH cnyyait 4eMOHCTpUpPYET BaXXHOCTb MOPdONOo-
FMYECKOro NOATBEPXKAEHMS aMUIOMA03a U BO3SMOXHOCTb
NONyYEHUS NOXHOMONOXUTENbHbIX pe3ynbTatoB OMIKT.
30-neTHMIN MyXXUMHA C apTepuanbHOM rMNepTeEH3NEN U Tep-
MWHaNbHOM MOYEYHOM HEeA0CTaTOYHOCTbIO, MONyYatoLWMiA ne-
YeHUWe NnepuTOHEeasnbHbIM AMANU30M, 06PaTUICS C Kanobamu
Ha nporpeccupyoLLyto oabiwky. Mpu IxoKT BbiSBNEHA Bbi-
paxeHHasa [JDK, cHuxeHne npogonbHon pedopmaumnn JIK.
MpW3HaKM MOHOKNOHANbHOW raMManaTMu OTCYTCTBOBANM.
MPT cepaua (6e3 KOHTPaCTMPOBaHMS) NPU3HAKOB aMUIOU-
[103a He BbIsiBUAA, HO Npu OMIKT oTMeueHO HakonneHue
PmTc-nupodocdata (grade Ill). OTcyTcTBME MyTaUMI reHa
TPaHCTMPETMHA 3acTaBnsano aymatb o ATTRwt, ogHako npo-
TUBOpEUMBbIE AAHHbIE HEMHBA3MBHbIX MCCNEA0BAHUIA Tpe-
60Banu NOLATBEPXAEHUS Mepen Ha3HaYeHWeM crneunduye-
ckoi Tepanuu. [poBeaeHHas 3HAOMUOKapAManbHas buoncus
He BblSiBUNA OTNOXEHUI amMunonaa B MMOKapAae, AMarHo3
«ATTRwt» 6bIin cHaT [15].

B HaweM cnyvae paHHble IxoKl, MPT u O®3KT BnonHe
COrnacoBbIBaNUCL Mexay coboi, YTo No3BoAMNO U3bexaTb
npoBeaeHns BUONCUM Y NALMEHTA, MOYyYaBLIEro aHTMKOAry-
NAHTbI. Takas AMArHOCTMYeCKas TakTMKa BMOMHE cornacyercs
C COBPeMEHHbIMU pekoMeHaaumamu [1-5].

3AK/TIOYEHUE

BapuabenbHblii (MyTaHTHbINA) W OMKKIA Tunbl ATTR-aMu-
nonao03a ABNSOTCA peakMMmM 3ab0NeBaHUAMM C reTeporex-
HOW HecneuMdOUYHOW CMMNTOMATMKON, AMArHOCTMKA UX 3a-
TpyLHeHa. [Ing cBoOeBpeMEeHHOM AMArHOCTUKM M afeKBaTHOM
Tepanuu 3Toro 3aboneBaHns HeobXxoaMMa HAaCTOPOXXEHHOCTb
KNMHWULMCTOB B 3TOM OTHOWeHUKU. COBpEMEHHbIe MOAXO0AbI
K OMArHOCTMKE M TepanuMm aMUMIoMA03a NO3BOSHOT YYULWNTD
Ka4yeCcTBO U YBENUUYMUTb NPOLOSIKUTENBHOCTb XXU3HM NaLMEH-
TOB C 3TOM NATONOTMEN.

MpencTaBneHHbIN CyyYalt HeHacneACTBEHHOW TPAHCTU-
pPETUHOBOM aMWNOMAHON KapAMOMMONATUM NpUMeYaTeneH
OTHOCWTENIbHO MOJI0AbIM BO3PACTOM NauueHTa. AMUIomMaHas
KapAMOMMONaTUS MaHUPEeCTMPOoBana HapywWweHUIMM puTMa
M NpOBOAMMOCTM Cepaua, 4To notpeboBano aoobcnenosa-
HWUS C LeNblo YTOUHEHWUS MUX NPUUKMH NS OnpeneneHuns on-
TUMaNbHOM TaKTUKM BeaeHus. MpuMeHeHne COBPEMEHHbIX
WMHCTPYMEHTA/bHbIX METOA0B NMO3BONNIO BEPUDULMPOBATH
ATTR-amunompo3 cepaua, He CBA3aHHbIM C reHeTUYecKu-
MW MyTaUMsMK, B OTCYTCTBME AaHHbIX buoncun. Koppekums
KapamanbHbIX NPOSBAEHMIA aMUNOUAHOM KapAMOMMONaTUK
notpeboBana He TONbKO ONTUMaNbHOW dapMakoTepanuu
CepAEeYHOM HeQO0CTaTOYHOCTH, HO U NMPUMEHEHUS KapAMOXH-
pypruyeckmx METOA0B NeYeHMs HapyLIeHMI puTMa U NPOBO-
OMMOCTU, NPODUNAKTUKM BHE3AMHOM CMEPTU.
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